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Introduction

McCune-Albright syndrome is caused by post-zygotic
somatic mutations leading to enhanced function of G-0-S
protein [1] and is associated with multiple endocrinopa-
thies, such as adrenal hyperplasia, gonadotrophin-inde-
pendent precocious puberty, pituitary hypersecretion, hy-
perparathyroidism and hyperthyroidism.

Case Report

A 5-year-old girl with McCune-Albright syndrome was investi-
gated for failure to thrive. She was born by emergency caesarean sec-
tion for fetal distress at 37 weeks gestation weighing 1.6 kg. At the age
of 7 weeks, she was admitted with bilious vomiting and abdominal
distention and, at laparotomy, bilateral multiloculated cysts from the
ovaries were drained. At the age of 6 months, she was re-admitted
because of weight loss and diarrhoea. She was noted to be cushingoid
and had several large irregular-edged café-au-lait patches on her
trunk and sacrum which had not been present in the neonatal period.
Plasma cortisol levels were markedly elevated with levels of 1,462
and 1,420 nmol/l at 09.00 and 24.00 h. Her ACTH level was low at
less than 7 ng/l. Plasma cortisol levels failed to be suppressed by high-
dose dexamethasone. She underwent bilateral adrenalectomy at the
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We report a girl with McCune-Albright syndrome who presented with Cushing
syndrome from adrenal hypersecretion and gonadotrophin-independent pre-
cocious puberty in the first year of life. At age 5, she failed to gain weight and
was found to have hyperthyroidism, which was occult in that she had T toxi-
cosis without a goitre or thyroid ultrasound abnormality. The latter has not
been previously reported in McCune-Albright syndrome.

age of 9 months and the adrenals were demonstrated to have nodular
hyperplasia on histological examination. She was treated with re-
placement glucocorticoid and mineralocorticoid. She continued to
have gonadotropin-independent preococius puberty, which was
treated with cyproterone acetate. She developed a pathological frac-
ture of the femur from polyostotic fibrous dysplasia which failed to
unite. She continued to have severe failure to thrive and develop-
mental delay. Of note, repeated thyroid function tests revealed a nor-
mal plasma free T4 concentration,

At the age of 5, she was failing to gain weight, despite a substantial
caloric intake of 145 kcal/kg/24 h (average for age, 80-90) [2]. She
was not sweaty, tachycardic or irritable and there was no history of
diarrhoea. There was no goitre. Her growth velocity over the pre-
vious 2 years had been 2 cm per year (—4.3 SDS). The only parameter
to suggest thyrotoxicosis was a high energy requirement, despite
being wheelchair-bound due to her orthopaedic difficulties. Free Ty
was 16.0 nmol/l (NR, 9.0-23.8) and free T; 10.0 pmol/l1 (NR, 2.5~
5.3). Thyrotrophin-releasing hormone stimulation test failed to stim-
ulate TSH secretion (TSH less than 0.04, 0.2 and 0.05 mU/1 at 0, 20
and 60 min following TRH administration, respectively). Plasma
free T5 was assayed by a microparticle enzyme-linked immunoassay
(Abbott Laboratories IMX assay). Unexpectedly, an ultrasound of
the thyroid gland was normal.

Following treatment with carbimazole, her weight velocity dra-
matically increased, despite a decrease in calorie intake. Coinciden-
tally, her growth rate increased to 8 cm per year.
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Discussion

In McCune-Albright syndrome, thyroid dysfunction,
like that of the ovaries [3], is associated with structural
abnormalities. Elevated free T; levels, in combination
with suppressed basal and stimulated TSH levels, have
been reported only in the presence of ultrasound abnor-
malities of the thyroid gland in children with this disorder
[4]. The ultrasound scan in our patient, however, failed to
demonstrate any thyroid abnormality. The clinical fea-

ture of thyrotoxicosis was solely of a high energy con-
sumption in the presence of failure to thrive. Thyrotoxico-
sis was occult both clinically and biochemically and em-
phasises the importance of measuring free T3 in addition
to other thyroid hormones.
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